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Background:  The risk of aortic dissection is considerably high if patients with connective tissue disorders (CTD) do not have elective aortic 
root replacement. The frequency of re-operation and need for more segments of aorta to be replaced rises significantly following an aortic 
dissection. We will evaluate early and late outcomes after extensive distal aortic replacement in patients with connective tissue disorder 
and implications on life-long aortic surveillance.
methods:  Between 1992 and 2013, 29 CTD patients (18 male, 11 female) underwent replacement of the distal aorta at our institutions. 
The mean age at first operation was 39.4±11.1 years. 28 patients had confirmed Marfan syndrome and one patient was diagnosed with 
Loey-Dietz syndrome. The mean aortic diameter was 6.8±1.3 cm (range 5-10cm). 12 patients had their entire thoracoabdominal aorta 
replaced either in a one-stage or two-stage procedure. SSEP/MEP monitoring was used in 33/36 interventions. Mean time interval between 
interventions was 3.4±2.6 years. 
results:  In these twenty-nine patients, 36 operations were performed. One patient died of an intracranial hemorrhage. The underlying 
aortic etiology was aortic dissection (AD) (27/29 chronic AD, 2 acute AD). 18 patients had a chronic type B AD (2 acute type B AD) and 11 
chronic type A AD. 8/29 patients had 2 operations on the distal aorta and 5/29 patients underwent a one-stage Type II repair. The mean 
segmental artery (SA) sacrifice at the primary operation was 7.5±3.5 and 5.6±2.3 at the secondary operation. Detailed follow-up was 
available for 60% of the patients. The one-year survival was 70.6% and at 18 years 50% of patients were alive. There were six known late 
deaths of which 2 were aorta-related.
conclusion:  The short-term outcomes in young, patients with CTD and AD are excellent after open aortic replacement. The risk of spinal 
cord injury is low in spite of sacrificing a large number of segmental arteries. Secondary interventions are not infrequent on the distal aorta 
however they can be performed safely. Long-term survival is acceptable in CTD requiring extensive aortic surgery however careful aortic 
surveillance is mandatory to prevent late aortic events.
